Rheumatology, Hull Royal Infirmary, Hull, UNITED KINGDOM Introduction: We present an interesting case of autoimmune limbic encephalitis with associated VGKC antibodies and MRI scan abnormalities. Case description: A 44 year old female first presented to us at the age of 33 in 2004 with arthralgia, rash, raynaud's and positive ANA (anti-ds-DNA 166, chromatin, Lo and La) and was commenced on hydroxychloroquine. She progressed well until 2013 when she developed rheumatoid pattern arthritis/synovitis and required methotrexate (ACPA/RF negative) and a short course of low dose oral steroid. Due to resistant arthritis despite combination MTX and hydroxychloroquine, we progressed on to rituximab therapy. Unfortunately she developed angioedema after the first infusion. However, her symptoms improved transiently with rituximab, but later flared requiring repeat steroid. Due to persistent arthritis, we switched therapy to MMF and then added abatacept in subsequent months. The arthritis responded well to abatacept therapy. She was admitted to hospital in December 2015 with breathlessness, leg swelling, syncope, skin rash and vasculitis. CT confirmed pulmonary embolus, bi basal pneumonia, small pericardial effusion, bilateral pleural effusion, and also R leg DVT, Echo-PAP 61 but right heat catheter did not revealed PAH. The CT-TAP showed low volume lymphadenopathy but no malignancy. Abatacept was discontinued transiently and restarted for arthritis after three months, although we questioned adherence to therapy and switched to intravenous abatacept. Despite this she required intermittent and then regular steroids to suppress disease. The patient chose to terminate abatacept in May 2016. She was then admitted in August 2016 for increasing confusion, headache and blurring of vision. There were no skin/joint and systemic symptoms. Initially she was apyrexial and examination was unremarkable. Her CRP was raised at 36, anaemia, LDH 654, ferritin 2405, urine leuc 3þ, nitrates positive. She received empirical therapy for a urinary tract infection. Serial blood culture showed protieus/ enterococcus/mirabilas and antibiotics were adjusted accordingly. The patient remained happily confused despite therapy for infection. CT head was normal but MRI showed T2 signal in right temporo-occipital lobe. Cerebrospinal fluid showed opening pressure 6mmhg, no organisms, glucose 3.3, raised protein 0.92. Blood test demonstrated Ds-DNA >300, negative virology, negative ANCA and lupus anticoagulant/anticardiolipin/anti-B2 GP, but Voltage-gated-potassium channel antibody VGKC IgG was raised at 241u/L (0 to 69). NMDA-N, Musk IgG Ab, Ach receptor Ab were all negative. In conjunction with the neurologist, it was decided that the clinical picture was consistent with autoimmune limbic encephalitis, and steroid therapy was escalated to IV methylprednisolone followed by high dose oral steroid. PET-CT did not show any vasculitis or malignancy. Despite steroid and antibiotic therapy on the intensive care unit, she developed recurrent pyrexia, variable CRP, hypoxia, fluctuating consciousness and progressive deterioration. DNAR was discussed with the family and a decision was made for ward based care. Unfortunately she had progressive deterioration and died in November 2016. Discussion:Thispatienthadaninitial goodresponsetotherapyforlupus, but subsequently needed biologics and steroids to suppress arthritis/ vasculitis. Despite withdrawal of biologics and treatment for infection, she developed progressive neurological problems with features of autoimmune limbic encephalitis. Steroid escalation was not successful in controlling this manifestation and subsequent infection/pressure sores became a problem to manage with an unfortunate final outcome. This casehighlightsthedifficultyinmanaging immunosuppressioninthepresence of infection, and also provides characteristic features of a very rare neurological manifestation of autoimmunedisease Key Learning Points: Consider infection but also autoimmune limbic encephalitis in newonsetconfusion in lupus patients. Introduction: Linear scleroderma en coup de sabre is a localised inflammatory disorder of the skin causing sclerosis in a linear distribution affecting the head and neck. We describe the case of a patient with progressive linear scleroderma en coup de sabre with unusual manifestations involvingdental destruction andhighT2signal changes onmagnetic resonance imaging (MRI) of the brain in the parenchyma below the area of scleroderma. Case description: This 36 year old female first noticed an area of hair loss at 25 years oldand was referred todermatology and diagnosed with linear scleroderma en coup de sabre. She had no systemic features of connective tissue disease and antinuclear antibody testing, anticentromere antibody and extractable nuclear antigens were all negative. Despite topical treatment the area of linear scleroderma progressed and the patient was commenced on penacillamine. A year after her initial diagnosis, she developed an abnormality of her gums and teeth and maxillofacial review identified right upper incisor periodontal loss and radiograph confirmed local bone loss. Histopathology of the upper labial gingivae showed atrophied stratifiedsquamous epithelia and chronically inflamed collagenous connective tissue in keeping with linear scleroderma. Pencillamine was later discontinued due to pregnancy, and the skin changes continued to spread causing disfigurement. The patient underwent psoralen and ultraviolet A radiation (PUVA) treatment and multiple reconstructive surgical procedures. Systemic disease modifying treatment was retried with oral methotrexate under the care of rheumatology but unfortunately with no efficacy and was therefore later withdrawn. The patient began suffering with headaches at the time of her initial presentation in 1997 and underwent an MRI brain scan which was unremarkable. She went on to develop diplopia which was thought to be due to enopthalmos secondary to the local involutional soft tissue changes around the orbit. The patient then
